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Background: Adult-type abnormal origin of coronary artery from pulmo-
nary artery (ACAPA) is uncommon compared to infant-form which usually
induces extended myocardial necrosis and severe heart failure. The adult-type
form results in mild and rare symptoms, but it can cause myocardial ischemia
and sudden cardiac death at childhood and adult age. The objective of this
study was to describe the mode of presentation, cardiovascular imaging
methods for diagnosis and outcomes of patients diagnosed with adult-type
ACAPA.
Material and methods: The Patient Congenital Heart Disease database
was reviewed to identify all patients diagnosed with ACAPA and/or who had
surgical repair beyond the first year of life.
Results: From March 1976 to July 2011, 13 patients were identified with
adult-type ACAPA, at the age of 6 months to 64 years: 9 with left coronary
artery from pulmonary artery (ALCAPA) and 4 with right coronary artery
from pulmonary artery (ARCAPA). Cardiac symptoms initiated investigation
in 9 patients and a murmur in 4. Nine were diagnosed by transthoracic echo-
cardiography, 4 by coronary artery angiography and 1 by cardiac computed
tomography. Myocardial ischemia was detected preoperatively in 6 patients
with ALCAPA (66.7%) and 1 with ARCAPA (25%). Ten patients underwent
surgical implantation of the ACAPA into the ascending aorta. All were
asymptomatic after repair except one who required a second surgery at 7.9
years follow-up.
Conclusions: Adult-type ACAPA can be assessed by non invasive cardio-
vascular imaging. Direct aortic implantation is a reliable and effective to
establish dual coronary artery circulation and prevent risks due to myocardial
ischemia.
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This study was to assess the influence of anti-PHT medications on clinical
and echocardiographic parameters in children.
Methods: Patients <18 years diagnosed with primitive PHT were retro-
spectively reviewed. Functional class, RV and LV diameters, tricuspid regur-
gitation grade, systolic and mean pulmonary pressure, TAPSE and TAC were
recorded before and after anti-PHT treatment. Deceased or transplanted
patients (group I) were compared to survivors (group II).
Results: 16 patients (11 males), were diagnosed with PHT (11 primitive
and 5 illegitime association: closed VSD = 2, closed PDA = 2, TGA = 1), at
mean age of 6.7 years (0.7 to 16.2). All received anti-PHT treatment: mono-
therapy (IV prostacycline = 4, bosentan = 2), or bitherapy (IV prostacycline
+ bosentan = 2, bosentan + sildenafil = 7) or tritherapy (IV prostacycline
+ bosentan + sildenafi l = 1). Mean FU was 4.3 years (0.7 to 10.5). Five
patients died, 1 underwent heart-lung transplantation (group I = 6) at mean FU
3.4y (1 to 4.1), and 10 survived (group II) at mean FU 4.7y (0.8 to 9.5).
NYHA class changed from 50% class II, 37.5% III and 12.5% IV before
treatment, to 50% class I, 12.5% II and 37.5% IV after.
Overall mean RV/LV did not change (1 to 0.95). RV/LV decreased in
group II: 1.14 to 0.51, and increased in group I: 0.87 to 1.57. The proportion
of TR grade 0-I increased from 47% to 60%, and of TR grade II-III decreased
from 53% to 40%. All patients with TR grade III at end FU ranged in group I.
Systolic and mean pulmonary pressure did not change: respectively 92.1 to
99.9mmHg and 65.8 to 56.2mmHg, and were similar between groups I and II.
TAPSE and TAC were not available in group I, and increased in group II:
respectively from 14 to 17.9 mm and 76.8 to 101.6 ms.
All patients in group I were either in NYHA class IV at first presentation
(2cases), or received first therapy more than 6 months after diagnosis (4cases).
Conclusion: Anti-PHT therapy contributes to ameliorate functional class
and RV function despite no significant effect on pulmonary pressure level.
Persistent TR grade III and increasing RV/LV seem to be factors of bad prog-
nosis.
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Syncope in Wolff-Parkinson-White syndrome (WPW) may reveal an
arrhythmic event, but also can be without relationships with WPW. Vagal-
related syncope represents the most frequent cause of syncope in population.
Electrophysiologic study (EPS) is recommended to evaluate the cause of syn-
cope. The purpose of the study was to evaluate the influence of the age of the
patient on the causes of syncope.
Methods: 97 patients, 51 males, 46 females, mean age 35±17, with WPW
were admitted for unexplained dizziness and/or syncope; they had no other
heart disease and no documented arrhythmias. EPS consisted of atrial pacing
and programmed atrial stimulation using 1 and 2 extrastimuli in control state
and after isoproterenol.
Results: 29 patients were aged from 9 to 19 years (mean 15±1.4)(children
and teenagers/group I). 44 were aged from 20 to 49 years (mean 34±8)
(adults/group II). 24 were aged from 50 to 70 years (mean 60±8) (elderly/
group III). A potentially malignant form (rapid conduction in accessory
pathway (AP) >240 bpm in control state or >300 bpm after isoproterenol and
atrial fibrillation or antidromic tachycardia induction) was noted in 10 group I
patients (34%) more frequently than in group II patients (5/44) (11%) (p <0.017)
and III (0/24) (0%)(p<0.001). Differences between group II and III were not
significant (0.08). Orthodromic reentrant tachycardia was induced in 10 group
I patients (34%), 20 group II patients (45%) (NS) and 15 group III patients
(62.5%)(p<0.04) compared to group I. No tachycardia was induced in 9 group
I patients (31%), 19 group II patients (43%)(NS) and 9 group III patients
(37.5%)(NS).
Conclusion: Syncope in WPW syndrome frequently is directly related to
the prexcitation. The cause can be a reentrant tachycardia complicated by a
vagal reaction or a rapid atrial fibrillation or tachycardia. The malignant forms
as a cause of syncope were frequently noted in children and teenagers, rarely
in adults and never in elderly. The management of syncope in children and
teenagers with a preexcitation syndrome requires urgently an electrophysio-
logic study.
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